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Three years ago, a 45-year-old patient in considerable distress
came to our nephrology department for a second opinion.
Ten years previously, the patient’s general practitioner had
discovered ‘odd-looking’ kidneys during a routine ultrasound
examination and had referred the patient to a urologist. The
urologist told her that she suffered from polycystic kidneys
and was facing dialysis. Since then, the patient was in
constant fear of deterioration of her renal function. She had
never experienced symptoms attributable to renal disease
such as hematuria or frothing urine, flank pain, or urinary
tract infections. She suffered from a mild arterial hyperten-
sion and cystic macular degeneration in her right eye and
was overweight (body mass index 36.4 kg/m2), but was
otherwise healthy. She was taking 2.5 mg ramipril for
hypertension. She had never taken any nephrotoxic medica-
tion or illicit drugs. There were no known renal diseases in
the family. The patient had never traveled to countries with
endemic filariasis.
The physical examination was unremarkable. Serum
creatinine concentration was 0.8 mg/dl (70.7 mmol/l), urea
25 mg/dl (8.9 mmol/l), estimated glomerular filtration rate
(GFR) 91 ml/min per 1.73 m2, and creatinine clearance
97.4 ml/min. There were no pathological findings in the
urine sediment, and no proteinuria. Sonography and
magnetic resonance imaging revealed enlarged kidneys with
numerous tubular cystic structures in the hilar region, but
preserved parenchyma (Figure 1). There was no evidence of
obstruction, micro- or macro-calcifications, or calculi. Apart
from odd appearance, the patient’s kidneys were in perfect
condition.
What is the cause of the odd-looking kidneys?
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Figure 1 |Aspect of the kidneys. Sonographic imaging of the right kidney
(a) and T2-weighted magnetic resonance imaging without contrast
enhancement (b) showing multiple tubular cystic structures in the hilar region
that spare the parenchyma.
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The Diagnosis | Renal lymphangiomatosis
Renal lymphangiomatosis, also called benign cystic lymphan-
gioma or renal lymphangiectasia, is a very rare abnormality of
the kidney arising from a malformation with insufficient
drainage of the intra- or peri-renal lymphatic tissue.1 In most
patients, the condition is a congenital malformation, although
some rare cases have been described after abdominal trauma
or filariosis. Renal lymphangiomatosis has been described to
run in families; however, as the condition is very rare, most
cases seem to be sporadic and, so far, no specific genetic cause
has been identified. Because of its usually benign course, some
authors do not recommend routine follow-up.2 The diagnosis
is based on the typical ultrasound and magnetic reso-
nance imaging/computed tomography appearance with
multiple cystic-tubular structures that do not involve the
parenchyma.1 Biopsy or aspiration of asymptomatic intra-
renal lymphangiomatosis is not recommended, as bleeding
can be profuse and require nephrectomy.2
Renal lymphangiomatosis does not usually impair kidney
function but may lead to mechanical complications because
of local compression effects.1 The condition has rarely been
linked to episodes of flank pain, hematuria, proteinuria,
ascites, and hypertension, with only the latter being present
in our patient.1 Both hematuria and proteinuria may be due
to lymphatic drainage through the urine (chyluria) and do
not represent renal disease.3 It is unclear whether the
hypertension is caused by the renal lymphangiomatosis or
it is simply because of a coincidence of essential arterial
hypertension.
Perirenal cysts or ascites have been successfully drained,
usually revealing protein-rich fluid with high renin levels.4 In
some case reports, the lymphangiomatosis required drainage
during pregnancy. So far, there are no reported malignant
degenerations. One patient has been reported to have
developed chronic myeloid leukemia, but it is unclear whether
this is just coincidence or whether there is a closer linkage.5
After a 3-year follow-up in our department, the kidney
function of our asymptomatic patient is still well preserved,
with the appearance of the kidneys still puzzling involved
physicians.
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